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INTRODUCTION
• Progressive fibrosing ILDs (PF-ILDs) comprise a heterogeneous group of lung disorders associated with high morbidity and mortality;
• Among PF-ILDs are pulmonary fibrosis (IPF) and fibrotic hypersensitivity pneumonitis (HP), involving complex interactions between host 

genetics and different environmental triggers, shaping the immune milieu that ultimately drives the fibrotic cascade in a susceptible 
patient; 

• The MUC5B promoter variant rs35705950 is the common genetic variant associated with the greatest risk of developing IPF.

As IPF and fibrotic HP present phenotypic resemblances, we aim to analyze the role of rs35705950 MUC5B single nucleotide 
polymorphism (SNP) in both conditions, and to further understand a common pathology features. 

RESULTS
1. Analysis of immune cell populations in bronchoalveolar 
lavage of fibrotic HP and IPF patients

Overall, the immune cellular composition of the alveolar milieu in 

fibrotic HP cases resembles the ones with IPF

2. rs35705950 MUC5B SNP genotype
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Herein, taking advantage of 
our extensive ILD patients’ 
cohort, we found that the
minor allele (T) of MUC5B
rs35705950 is present in
nearly 75% of IPF and HP
cases

3. BAL immune cell populations distribution according to MUC5B
rs35705950 genotype 
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4. MUC5B localization and expression in lung tissue of fibrotic HP patients comparing to 
controls without interstitial lung disease CONCLUSIONS

Ø MUC5B rs35705950 T allele is associated 
with pulmonary fibrosis in IPF and fibrotic 
HP cases in a Portuguese cohort, when 
compared with healthy controls, 
highlighting the hypothesis that PF-ILDs may 
share fibroproliferative common pathways;

Ø MUC5B protein levels are increased in the 
pulmonary tissue of fibrotic HP patients.
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MUC5B immunohistochemical staining in individuals without interstitial lung disease showed weak expression both in the 

pulmonary epithelium (A) and in alveolar macrophages (B). Fibrotic HP patients were stratified according to MUC5B rs35705950 

genotype (GG, GT and TT) and increased MUC5B expression was observed in the cytoplasm of the secretory cells (C), (F), (I) and 

alveolar macrophages (D), (G), (J). Regions of a dense accumulation of MUC5B were observed in areas of honeycomb cysts and 

mucous plugs (E), (H), (K). Negative control without primary antibody incubation is observed in (L). 

MUC5B minor allele may be associated with lower BAL 

lymphocytes counts, and increased counts of macrophages
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